[Clinical genealogical and electrophysiological analysis of the hereditary sensorimotor neuropathies in the region of Samara].
The paper presents the results of clinical-genealogical and electrophysiological (electromyography, evaluation of the autonomic system's state) examination of patients with hereditary motor-sensory neuropathies, which were included in the long-term registry of Samara region. Some genetic features of the disease have been revealed (intrafamilial polymorphism of different degree, effect of the ancestor in the dominant forms). Electrophysiological peculiarities of the separate clinical-genealogical variations of the pathology, the dynamics of pathophysiological changes in course of disease were found. Obligation of involvement of the autonomic structures in the pathological process is shown (on the example of changes of the indices of cardiointervalography and of the evoked dermal sympathetic potentials). Clinical genealogical and pathophysiological characteristics of the three variations of the hereditary motor-sensory neuropathy revealed in the region of Samara are provided; that was a basis for early diagnosis of the disease and for its differential diagnosis as well as for the choice of the correcting therapy.